is the most common site, followed by the trunk and upper arm. Spinal angiolipomas and intramuscular haemangiomas, previously also called 'infiltrating angiolipomas', are different lesions 3, 4 Considering the genetic make up the angiolipomas are more intricately linked with haemangiomas rather than lipomas. And hence all cases of angiolipomas are to have tilt towards the clinical as well as gross behavioural aspects of that of a haemangioma. Complications of haemangiomas can be ones commonly come across including super added infection, haemorrahge to rare situations of compression, as well as thrombocytopenia. The combination of hemangioma, thrombocytopenia, and coagulopathy is termed KasabachMerritt Syndrome (KMS). 5 The present case scenario deals with a female patient in her third trimester pregnancy with bilateral rapid onset paraparesis with gradual increasing severity and ecchymotic patches in both lower limbs. It was only when all infective causes (especially viral haemorraghic fever) were ruled out through elaborate investigative workup, that a MRI spine (thoracic) was advised which revealed a paraspinal dorsal mass, an entity known as "Infiltrating angiolipomas" on histopathology was confirmed, leading to a case scenario of Kasabach Merritt Syndrome. J MEDICINE 2011; 12 : 66-69 .
Case History:
A 20 year old primigravida with full term pregnancy (40weeks) presented to medicine OPD with complaints of sudden onset of weakness in both lower limbs since 4 days and urinary incontinence for1 day. There was no history of fever, trauma, diarrhoea, sensory loss,seizures or unconsciousness. There was no past history of similar complaints. On examination her vital signs were stable and pallor, icterus, cyanosis, lymphadenopathy were absent. Ecchymotic patches were present in both lower limbs. (Fig-1 ) CVS and RS examination was unremarkable. Per abdomen examination revealed a full term single live intrauterine fetus with cephalic presentation which was non engaged due to cephalopelvic disproportion.
In CNS examination, higher psychic functions were normal. There were no cranial nerve abnormalities. Both upper limbs were normal. Motor system examination of lower limbs revealed hypotonia. Power was grade 3/5 in hip flexors and extensors, grade 2/5 in ankle dorsiflexors. Coordination couldn't be tested. Both knee and ankle reflexes were absent and both planters were extensors. Abdominal reflexs were absent in lower quadrants. Beevor's sign was absent. Sensory system examination revealed diminution of pain and temperature senses below umbilicus (on asking leading question she told that sensory loss is approximately reduced 40% of normal). There was no spinal tenderness, paravertebral mass or gibbus. She was catheterized. A provisional diagnosis of acute onset, gradually progressive, sensorymotor UMN type of paraparesis with neuronal shock, with bladder involvement, level being D 10 segmental and cause being transeverse myelitis was kept. Empirically IV dexamethasone 8mg 8 hourly was started.
Investigations revealed Hb-10 gm%, TLC-5500/mm3, DLCpolymorphs 66%, lymphocytes 32%, monocytes 2%.
Absolute platelet count was 48,000/mm3, APTT, PT, Thrombin time were normal. ESR-12 mm in 1st hour. Urine examination was normal. Serum ANA and pANCA was negative. Obstertric sonography was normal. MRI of spine Kasabach Merrit Syndrome in a Third Trimester Pregnancy revealed diffuse signal density changes noted at D7 vertebra with maintained vertebral morphology, prominence of secondary trabeculae within vertebra. (Fig-2, Fig-3 ) The lesion showed involvement of pedicle with expansion of pedicle causing compression of cord and mild cord oedema noted. There was no bony obstruction or paradiscal involvement.
With consultation with neurosurgeon and orthopaedic surgeon decision of delivery of the fetus followed by decompression of cord in a separate setting was made. She was transfused with 6 units of platelets after which her platelet count was 10, 2000/mm 3 . Ten days after caeserian section laminectomy at D7 level was done and paravertebral mass of 3/3 cm was excised and sent for histopathological examination.
The specimen (tumor mass) sent for histopathology was grossed in the surgicopathological lab, the slides stained with H&E stain revealed sections showing admixture of mature adipose tissue amidst benign vascular proliferation (hamartomatous), at places non specific chronic inflammatory infiltrate can be appreciated. One or two blood vessels show hyaline thrombi in their lumen , this being a pathognomic feature on histopathology of angiolipoma, the histopathology section characteristically lacked peripheral fibrous tissue layer(capsule) suggesting and retariating the uncapsulated infiltrating nature of the mass. (Fig-4) Physiotherapy was started. Patients power improved to 4/6 after 1 month, bladder symptoms recovered to normal within 15 days of surgery. Ecchymotic patches resolved, Absolute platelet count was 250,000/mm 3 . She is awaiting second follow up after 1 month.
Discussion:
Spinal angiolipomas are distinct, benign lesions composed of mature lipocytes admixed with abnormal blood vessels. 6 They account for 1.2% of all spinal axis tumours. They can be regarded as maldevelopment, neoplastic or hamartomatous diseases. The hypothesis of hamartomatous origin from primitive pluripotential mesenchymal cells is gaining wide acceptance. Spinal epidural angiolipomas predominantly affect women. Their preponderance in older, peri-, or postmenopausal women and their clinical exacerbation in pregnant women support a role of hormonal influence. 6 About 22% of females are initially symptomatic during the last trimester of pregnancy, and coincides with the history of weight gain. 6 At the time of diagnosis, most patients show paraparesis with hyperreflexia, bilateral extensor plantars, with loss of pain, temperature, vibration, and position sensation.
Infiltrating angiolipomas are rare, benign neoplasms found most frequently in the soft tissues of the thigh. The clinicopathologic characterization of the infiltrating lngiolipomas was carried out by Gonzalez-Crussi, Enneking, and Arean. 7 Histologically, these unencapsulated tumors are composed predominantly of mature lipocytes with foci of angiomatous proliferation. Mitoses and cellular atypia are absent and the lesion does not metastasize. 7 In contrast to the noninfiltrating angiolipomas, which are well defined, encapsulted, and subcutaneous, infiltrating angiolipomas are locally aggressive. They infiltrate through muscle, fascia, and subcutaneous tissues with apparent disregard for anatomic barriers, and can progress to neurologic involvement or bone destruction. 8 The fact that angiolipomas lack chromosomal aberrations(like haemangiomas and unlike lipomas) suggest that they are haemangiomas with fat rather than true mixed tumors. 8 The so called infiltrating angiolipomas are probably not true mixed tumors but rather intramuscular large vessel haemangiomas in which the proportion of the affected muscle tissue have been replaced by fat. Distension of the vascular channels due to a 30-50% increase in circulating blood volume increased venous distensibility due to maternal production of progesterone, and the endothelial growth promoting effect of estrogen are the other factors implicated. The overall complication rate of hemangiomas ranges from 4.51% to 19.7%. 9 A very rare manifestation in terms of complications includes the Kasabach Merritt syndrome. Kasabach-Merritt syndrome (KMS), also known as "Hemangioma with thrombocytopenia") is a rare disease, usually of infants, in which a vascular tumor leads to decreased platelet counts and sometimes other bleeding problems, which can be lifethreatening. 3, 10 It is also known as hemangioma thrombocytopenia syndrome. It carries the names of Dr Haig Haigouni Kasabach and Dr Katharine Krom Merritt, the two pediatricians who first described the condition in 1940. 11 KMS is usually caused by a hemangioendothelioma or other vascular tumor, often present at birth. Although these tumors are relatively common, it is rare for them to cause KMS. When these tumors are large or are growing rapidly, sometimes they can trap platelets, causing severe thrombocytopenia. The combination of vascular tumor and consumptive thrombocytopenia defines KMS. Tumors can be found in the trunk, upper and lower extremities, retroperitoneum, and in the cervical and facial areas. 10 The present case deals with two extremely rare yet very significant complications with respect to the behavior of the angiolipoma (gross as well as the microscopic). The paraspinal mass impinged on the spinal cord thereby not only producing local pressure symptoms but also causing obvious and progressive myelopathy. Microscopically, it also caused platelets consumption and resulting coagulative thrombocytopenia. The entire case scenario interestingly deals with outcomes of pregnancy related vascular proliferations and their behavioural patterns.
Successful surgical management of infiltrating angiolipoma depends on the anatomic location and extent of the lesion. The local aggression of the lesion requires an excision with wide margins, but its benign natural history generally precludes amputation or excessive loss of function.
